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Available online 27 May 2015We report a patient of undetermined sex delivered by a 20-
year-old primigravida at 36 weeks’ gestation through the
normal vaginal route at a primary health center. Antenatal
anomaly scans were not performed.
The baby developed cyanosis and respiratory distress
immediately after birth and maintained poor perfusion. On
examination, the baby had absent external genitalia andFigure 1 Photograph showing (A) absent external genitalia and a
the midline immediately anterior to the coccyx.
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in the midline immediately anterior to the coccyx (Fig. 1).
No apparent skeletal anomaly was observed. The patient
required ventilatory support for respiratory failure, which
was not available at the primary health center. Safe
transport of the patient to a specialized center could not be
ensured. Despite resuscitative effort with availablenal, urethral, and vaginal openings and (B) a dimple present in
f interest.
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Urorectal septum malformation sequence 129resources, the baby succumbed after 6 hours of life. No
autopsy was conducted. A diagnosis of urorectal septum
malformation sequence (URSMS) with respiratory failure
caused by oligohydramnios and pulmonary hypoplasia was
made.
URSMS was described by Escobar et al1 in 1987 as the
absence of an anal and perineal opening and occurs in as-
sociation with ambiguous genitalia. Other associated mal-
formations include urogenital, colonic, and skeletal
anomalies. The full sequence is highly lethal, and a partial
sequence characterized by a single perineal opening
draining a common cloaca, is compatible with life.2
The possible pathogenesis of this condition is failure
of the urorectal septum to divide the cloaca properly or
to fuse with the cloacal membrane. This pathogenesis leads
to persistence of the cloaca and cloacal membrane as well
as abnormal differentiation of both external and internal
genitalia and absent perineal and anal openings.1
Wheeler et al3 reported 62 cases of URSMS. Lung hypo-
plasia caused by oligohydramnios was observed in 80% of
URSMS patients. Only three of 62 patients had long-term
survival.3 URSMS can be diagnosed prenatally. Segikuchi
et al4 reported a successful treatment of severe respiratory
failure in two patients with URSMS and prenatally diagnosed
oligohydramnios by using high-frequency ventilation, nitric
oxide, and extracorporeal membrane oxygenation. Pediat-ric surgeons should be familiar with this condition because
they may be involved in the diagnosis and management of
such patients.
If diagnosed prenatally, these patients should be deliv-
ered in a specialized center in which facilities for neonatal
surgery and the necessary expertise are available. In a
developing country such as India, these high-risk patients
should be delivered at specialized centers because trans-
porting these sick neonates to specialized centers is neither
feasible nor advisable.
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